By J. L. BIRLEY, C.B.E., M.D.
Family history.-Paternal grandfather, a teacher at Edinburgh University-healthy, and died of old age. All his children except two, namely, the patient's father and one daughter, died before 50, " most of them of phthisis." Father died, aged 57, of phthisis. In the last few years of his life he had difficulty in relaxing his grasp. He was a marine engineer and had his own business. All his children are in straitened circumstances.
Mother died, aged 62, of phthisis, contracted from her children. She was healthy, and her parents and all her brothers and sisters were healthy and lived to be old. She had eight children:-(1) Female, died, aged 27, phthisis. Her hands were never developed properly and she could not relax her grasp.
(2) Female-patient, J., aged 45. Examination incomplete, but she shows the characteristic wasting of face, temporals, neck, forearms, and thighs. Myotonia present in flexors of wrist and fingers. Unilateral enlargement of thyroid. Articulation indistinct. Poor mentality. Early cataract.
(7) Patient C., aged 34. Four years chronic pulmonary tuberculosis with fibrosis. One year difficulty in walking, which is progressive; legs get tired. Never noticed anything wrong with her hands, and regarded as natural her inability to get up from the horizontal position unless she rolled over on her side and pushed herself up with her hands.
Examination: miserable physique, thin hair, atrophic breasts, normal menstruation. Fibroid phthisis left > right. Small gland right side of neck. Enlargement of right lobe of thyroid. Basal metabolism + 11 per cent. Poor mentality. Vision: right vision -6' corrected f; left vision 6; corrected v. Jaeger 1 in each eye. In each lens, more pronounced in the right eye, numerous-extremely fine dust-like opacities are present in the cortex. Expressionless face, wasted temples, narrow high-arched palate, articulation indistinct, voice husky. Profound wasting of neck muscles, especially sterno-mastoids; upper trapezii wasted; head falls about. Musculature of shoulders and upper arms poor and muscles soft; right triceps weak. Wasted forearms, flexors weaker than extensors; myotatic irritability absent in flexors. Intrinsic muscles of hands fairly well preserved; finger movements good. All tendon reflexes in arms obtained with difficulty. Trunk very weak indeed. In the lower limbs the vasti are wasted and the other muscles are fairly normal except that they are soft and in places rather bulky. Moderate weakness of knee extensors and to a less extent of dorsi-flexors. Knee-and ankle-jerks feeble. Plantars flexor. Legs and feet feel numb; vibration is not felt, or at least is grossly diminished in the upper limbs and everywhere below the level of the third ribs. No other sensory disturbance.
Myotonia is obvious only in the hand grasps, but is demonstrable in frontalis, tongue, deltoids, hypothenar miuscles and (?) plantar flexors.
